INTRODUCTION {#sec1-1}
============

Perirenal lymphangiomatosis or renal lymphangiectasia is a rare condition with varied clinical presentations. This condition must always be kept in mind when a perirenal fluid collection is encountered, particularly as a bilateral presentation. Symptomatic cases are treated either by percutaneous drainage, marsupialization (open or laparoscopic) or by nephrectomy, depending upon the presentation.

CASE REPORT {#sec1-2}
===========

A 23-year-old female presented with complaints of bilateral loin pain, more on the right side, for the past 3 months. The pain was dull aching, continuous and non-radiating. On examination, her vitals were stable. Per-abdominal examination showed a vague non-tender mass palpable in the right lumbar region. Her routine urine and blood investigations were found to be within normal limits. Ultrasonogram (USG) showed bilateral perirenal collection with septations and the collection was seen to extend into the renal sinuses \[[Figure 1a](#F1){ref-type="fig"}\]. The kidneys were normal and the corticomedullary differentiations were maintained on both sides. Computed tomography (CT) scan of abdomen showed bilateral perirenal hypodense multiloculated collection, with density varying between 8 and 12 HU \[[Figure 1b](#F1){ref-type="fig"}\]. Delayed films showed normal excretion of the contrast with splaying of the pelvi-calyceal system with intervening fluid in the sinuses. No extravasation of the contrast was noted into the collection. Magnetic resonance imaging (MRI) showed a perirenal hyperintense collection in T2W images and also in the renal sinus \[[Figure 1c](#F1){ref-type="fig"}\]. A diagnosis of perirenal lymphangiectasis was made. She underwent laparoscopic deroofing and marsupialization of the perirenal collection on either side \[Figure [2a](#F2){ref-type="fig"} and [b](#F2){ref-type="fig"}\]. She had an uneventful recovery but for a persistent drain which subsided by the 12^th^ day postoperatively. The deroofed specimen showed thin-walled multiple cysts which on histological examination were found to be lined by thin endothelial cells. The patient made a complete recovery and is on regular follow-up for the past 18 months \[[Figure 2c](#F2){ref-type="fig"}\].

![(a) USG showing perirenal hypoechoic collection. (b) CECT -- Renal parenchymal enhancement with perirenal and renal sinus hypodense nonenhancing collection. (c) MRI T2W coronal section showing bilateral perirenal hyperintense collection with septae](IJU-29-73-g001){#F1}

![(a) Perirenal multicystic lesion dissected. (b) Lap deroofing in progress. (c) Postoperative CT scan (delayed film)](IJU-29-73-g002){#F2}

DISCUSSION {#sec1-3}
==========

Renal lympnangiectasis is a rare disorder in which lymphangiectasia follows the failure of developing perirenal lymphatic tissue to establish normal communication with the remainder of the lymphatic system.\[[@ref1]\] Abnormal lymphatic channels may dilate to form a cystic mass that may be unilocular on multilocular. The origin of this disorder is speculative. There is a familial association in some cases, which argues for a congenital cause.\[[@ref2]\] Some argue for an acquired cause, which suggests that the lymphatic vessels may become blocked owing to inflammation or other obstruction and so cause lymphatic ectasia.\[[@ref3]\] Though known by different names -- "renal lymphangiomatosis", "renal lymphangioma", "peripelvic lymphangiectasia", and "renal peripelvic multicystic lymphangiectasia" -- "renal lymphangiectasia" is the preferred name, given that the disorder is characterized by ectatic perirenal, peripelvic, and intrarenal lymphatic vessels.\[[@ref4]\] Patient symptoms described in the literature include flank pain, abdominal pain and rarely hematuria. The condition has been found in children and in adults. Large perinephric fluid collections have been found and are reported to be exacerbated during pregnancy.\[[@ref2]\]

USG shows multiloculated, cystic perirenal and parapelvic collections with thin septations. The kidneys may be normal or enlarged in size. It has to be differentiated from hydronephrosis and polycystic kidney disease. CT scans show hypodense collections in the perirenal and parapelvic spaces with septations, with the parenchyma being normal. No abnormal enhancement is seen within the collections. Splaying of the renal calyceal systems is seen in delayed films. On CT scan, the presence of fluid attenuation in the range of 0--10 HU with absence of enhancement excludes other entities such as nephroblastomatosis and lymphoma. The other differential diagnoses of perirenal fluid collections are urinoma, hematoma and abscess. All these can be differentiated from lymphangiomatosis on the basis of whether the disease is bilateral or unilateral, the condition of the underlying parenchyma and the attenuation and enhancement patterns of the collections.

MRI shows multiple hyperintense collections with septations on T2W images with reversal of corticomedullary intensity,\[[@ref5]\] due to an anatomic variation in the lymphatics, with abundance around the interlobar and arcuate blood vessels at the corticomedullary junction, fewer small lymphatics in the mid-cortex region and absence of lymphatics in the medulla region.

The diagnosis of renal lymphangiectasia can be confirmed with needle aspiration of chylous fluid from the perinephric fluid collections. The presence of renin is more specific and confirms the renal origin of the collections. However, the ultrasonographic and CT findings are characteristic for this disease and allow the diagnosis to be made confidently. If asymptomatic, treatment is not usually necessary, and complicated cases may be treated by percutaneous drainage, or marsupialization or nephrectomy. Due to the multicystic nature of the lesion, there is a chance of recurrence after surgical procedures.

In the case presented here, the diagnosis of renal lymphangiectasia was made based on the characteristic radiological findings. Since the patient was symptomatic on both sides and considering her age and possibility of exacerbation during pregnancy, it was decided on to intervene in the case. Due to the chances of failure and recurrence after percutaneous aspiration and due to the multiloculated nature of the collection, she underwent a laparoscopic deroofing and marsupialization so as to allow the lymph to be absorbed by the peritoneal surface.
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